Abstract
Introduction
The most common malignant condition of pancreas is ductal adenocarcinoma of the exocrine pancreas (about 85% of all the cases) 46, 47 .
Whereas primary EGIST of pancreas are extremely rare and constitute only 5% of GIST 37 ,
GIST may occur in the entire length of gastrointestinal tract from esophagus to anus, however the most common sites are stomach (60%), small intestine (30%), rectum(5%) and esophagus (<5%) 37 . Duodenal GIST constitute 30% of all primary duodenal tumors and less than 5% of GIST 38, 39, 40 . Sometimes GIST tumor arises from omentum, mesentry, gall bladder, retro peritoneum, but separate from stomach and intestine 3, 7, 8, 33, 42, 43 , in such cases the neoplasm is defined as extra gastrointestinal stromal tumor. EGIST do not display connection to the wall or serosal surface of the viscera. The pancreas is a rare site of origin of EGIST and according to our knowledge only 30cases of EGIST have been reported till date .GIST occurs due to the www.jmscr.igmpublication.org Impact Factor (SJIF): 6.379 Index Copernicus Value: 71.58 ISSN (e)-2347-176x ISSN (p) 2455-0450 DOI: https://dx.doi.org/10.18535/jmscr/v6i5.133 neoplastic transformation of interstitial cells of Cajal (ICCS), which normally are the pacemakers of intestinal motility 14, 52, 53 . EGIST are essentially identical to gastrointestinal counterparts in terms of morphology, molecular profile and IHC. We hereby report a case of pancreatic EGIST and review the literature on pancreatic EGIST.
Case Report
We report a case of 60 years old male an exsmoker, hypertensive, hypothyroid, from the last sixteen years on medical treatment who presented with complaints of abdominal pain and multiple episodes of vomiting associated with restlessness and giddiness. Endoscopy revealed a 2.5 cm ulcer in D2 with elevated margins. CECT abdomen (figure 1) revealed a 10 x 10 cm lesion in the head of pancreaswith perilesional lymphadenopathy. Patient subsequently underwent pylorus preserving pancreaticoduodenectomy (PPPD). Intra operatively a growth measuring 10 x 10 cm was seen occupying the periampulary region which appeared to arise from the pancreas (figure 2). Pancreatic duct / common bile duct size was normal. No ascitis was seen. Liver and peritoneum were free. Postoperative period was uneventful and patient was discharged after 15 days.
Macroscopic Examination
Pancreaticoduodenectomy specimen with duodenum measuring 22x3x3 cm and pancreas measuring 10x8x8 cm. This lesion was 8 cm from proximal and 10 cm from distal duodenal resection margins. On cutting open through duodenum, mucosa was flattened and few ulcerated areas were also seen. While cut section through the pancreas revealed a firm mass in the head of pancreas measuring 8 x 8 cm, firm in consistency, abutting the ampullary areas of the duodenum. Serial sectioning through the mass revealed grayish white firm area, with focal cystic and hemorrhagic areas, however no areas of necrosis were seen grossly (figure 3). Microscopic examination: sections from the pancreas showed tumor consisting of sheets of spindle cells with intervening fine loose edematous connective tissue. The spindle cells exhibited regular nuclei with fine chromatin, scant to moderate amount of cytoplasm without significant atypia. Mitotic count was< 5/50 HPF (figure 4). At places these spindle cells were arranged in whorled pattern. Few hemorrhagic areas were identified. Sections from the duodenum adjacent to the pancreas and randomly were free of tumor. All the resection margins were free of tumor. Immunohistochemistry showed strong positivity for CD117(c-kit) (figure 5) and vimentin (figure 6). IHC examination for CD10, PR, CK 8/18,CK 19, pan CK, S-100, synaptophysin and chromogranin were negative. Ki -67 showed <5/50 hpf mitotic count. Thus a final diagnosis of extra gastrointestinal stromal tumor of pancreas was confirmed.
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2018 In contrast to GISTs, the origin of EGIST is still controversial. It is proposed that these tumors may result from extramural growth of a primary GIST so extensively that they completely lose contact with the muscularispropria of the adjacent structure 14, 55 Out of the thirty cases we reviewed from the literature the age of patients ranged from 30 years to 84 years, with mean age of 62 years. Male and female ratio was 1:1. Most common location of the tumor was head of pancreas followed by tail and the least common site was the uncinate process. The most common clinical presentation was abdominal pain which was presenting symptom in ten cases followed by abdominal discomfort (3 cases) and fatigue (3 cases); however it was an incidental finding in 7 cases. Most frequently used radiological investigation was CT scan followed by USG and MR. The most frequent surgical procedure performed was distal pancreatectomy with splenectomy followed by whipple procedure. Most common cell type was spindle cell type EGIST (25 cases), with high risk cases being the most frequent (17 cases) followed by intermediate risk (7 cases) and low risk (1 case) whereas, in 5 cases no information about the mitotic count was provided. On IHC examination all the cases were positive for CD117 and CD34 was positive in 21 cases. Recurrence after surgery was noted in 6 cases (12 months -24 months), no recurrence was noted in 15 cases, whereas in 6 cases no information was available and in 3 cases surgery was not performed. Death was reported in 2 cases, in 2 cases no follow up information was available, remaining 26 cases were alive in the follow up period ranging from 1 month to 58 months. Medical treatment with gleevec was given in 13 cases, no information was available in 9 cases whereas, 8 cases did not receive any post surgical chemotherapy 1-4,7-21,23-25,27-31 .
In conclusion EGIST is a recently introduced concept and because of the limited cases and studies on EGIST including pancreatic EGIST, limited our evidence based study. Long term follow up studies are needed to further enhance our knowledge about the behavior, prognosis and treatment response of EGIST and to know the differences and similarities of GIST and EGIST. 
